Abstract. Morphologic study of the spinal cord of a patient with generalized motor deficits revealed changes in the anterior horns characterized by the selective loss of large motor neurons, gliosis and the abnormal accumulation of 10 nm filaments which appeared as argyrophilic spheroids in the perikarya and axons of motor neurons. The ventral roots were predominantly affected and showed a variable loss ofaxons. The remaining axons displayed prominent onion-bulb formations, frequent axonal sprouting and occasionally evidence of active demyelination. The coexistence of a demyelinating motor radiculopathy and anterior hom changes simulating those of amyotrophic lateral sclerosis (ALS) may contribute to our understanding of the unresolved question of whether the neuronal perikaryon or its axon is the primary target in the pathogenesis of ALS. These observations also indicate that a rigid separation of pathogenetic mechanisms into neuronopathy, axonopathy and myelinopathy may not be always possible.
INTRODUCTION
We describe a patient in whom the morphologic changes in the ventral roots were suggestive of a chronic demyelinating neuropathy while the changes in the anterior horns closely simulated those seen in amyotrophic lateral sclerosis (ALS). These observations raise a basic question about the site of the primary abnormality in this patient, i.e. neuronal perikarya, or their axons. This question also appears to be relevant to the pathogenesis of ALS (l, 2).
CLINICAL HISTORY
This 64-year-old man was admitted for evaluation of large bowel polyps which had been detected by a barium enema. The patient's major complaint was progressive weakness which began insidiously about three to four months before admission. Because of increasing leg weakness which significantly interfered with walking and climbing steps he had to retire from his job as a plumber. There was no family history of neuromuscular disorder. There was no known heavy exposure to lead or other toxic materials.
On the second hospital day, he underwent a fiberoptic colonoscopy which was complicated by perforation. A laparotomy was done for repair of the perforated colon. A neurologic consultation was requested because of persistent hypoventilation and the inability to wean him from the respirator.
A detailed neuromuscular evaluation disclosed moderate to severe weakness of various muscles of the arms and legs. There was atrophy of the anterior tibial and interosseus muscles bilaterally. Sparse fasciculations were observed in the right bi-
